Frequency of features in the Nance-Horan syndrome*. 
Dental features
It is most often the dental findings that make it possible to distinguish this syndrome from other forms of cataract. Mesiodens, that is, peg shaped, supernumerary teeth, most frequently medial and in the upper jaw, were present in several reported males. The proband's mother in our family had a single, 4 characteristically placed mesioden as part of her primary dentition, but does not recall its fate.
-Ĉ haracteristically, the incisors show tapering of the crown or are peg shaped, with a vertical notch ('screwdriver' shaped) and diastema. The close / similarity to the incisor shape seen in congenital syphilis was noted by the original authors and described as Hutchinsonian.1 2 In our patient this provided us with the diagnostic clue (figs 2 and 3).
Facial features
Nance et al described all affected males as having anteverted pinnae which are less frequently observed in females. 4 The ears were long (I. 1 and III.5, >97th centile) and prominent in our patients. That there is a characteristic facial appearance in Nance-Horan Figure 4 Mother and child with Nance-Horan syndrome. Differential diagnosis Other syndromes with X linked patterns ofinheritance include congenital cataract with microcornea or microphthalinos, but none have the associated characteristic dental findings most apparent in males and evident in female Nance-Horan syndrome carriers reported so far, often to a minor degree.8 The dental abnormalities may be confused with those seen in congenital syphilis, so rare in modern times, but are unlikely to be confused with the pegged teeth of ectodermal dysplasia. The family described by Goldberg and McKusick6 featured dental diastema, possible tapering of incisors, and simple prominent ears. Only one affected male had cataracts, but all had colobomatous microphthalmos with marked microcornea and blepharoptosis. Nystagmus, esotropia, and pupils unresponsive to direct or consensual light were observed. Other features included microcephaly with intellectual retardation, short stature, kyphoscoliosis, and pes cavus. Females examined were normal.5 Lenz also described an X linked form of microphthalmos with dental anomalies and multiple congenital malformations which included microcephaly, digital defects, and vertebral, renal, and heart anomalies.6
Counselling Those families so far described with Nance-Horan syndrome most strongly support X linked recessive inheritance. Firstly, manifestations in the heterozygous female have been less marked than in the hemizygous male. There has been no example of male to male transmission. Segregation ratios in 67 persons from five pedigrees also favour X linked recessive inheritance. Linkage analysis of Nance-Horan syndrome segregating in four multigenerational families using X chromosome RFLP markers DXS143 and DXS84 (also DXS43, DXS41, DXS67) obtained peak lod scores of 3-08 at 0=0 05 and 4 07 at 0=0 05, respectively. These results place the gene locus broadly in the Xp2l.1 and Xp22.3 region.5
Males with Nance-Horan syndrome generally have severe visual problems and most will be legally blind. The risk of mild intellectual handicap in males is probably about 20%. Bixler et aP have suggested that as the syndrome becomes better delineated it may prove to be a more common condition than currently recognised.4
